Introduction {#sec1}
============

Dermatitis herpetiformis (DH) is a cutaneous manifestation of gluten intolerance characterized by an intensely pruritic, papulovesicular eruption with a predilection for the extensor extremities, scalp, and buttocks.[@bib1] Because of its variable clinical presentation, DH can be a challenging clinical diagnosis. However, histopathology and immunofluorescence can provide vital data in confirming the diagnosis.[@bib2] We report a case of a 47-year-old patient who presented with clinical features resembling vasculitis but with classic histopathology and immunofluorescence findings for DH.

Case report {#sec2}
===========

A 47-year-old white man with a 7-year history of DH presented to the emergency department for the evaluation of a generalized petechial rash and tender swelling of the left arm. He first noticed the rash about a month prior after discontinuing dapsone, but it had progressively worsened over the preceding week. The rash was different than his typical DH presentation. In addition to the pruritic papulovesicular rash on the scalp and arms, he had flat, bright red lesions associated with severe burning pain. The patient\'s DH was previously well controlled with a gluten-free diet and dapsone, 100 mg daily. He reported that dapsone was discontinued a month prior by his primary care physician to avoid possible exacerbation of acute kidney injury secondary to severe dehydration. During this period, he did not adhere to a strict gluten-free diet. No new medications were recently started before presentation, and the patient\'s long-term medications included omeprazole for gastroesophageal reflux disease and lisinopril-hydrochlorothiazide for hypertension.

Physical examination of the skin found erythematous papulovesicles on the scalp, upper arms, and elbows and well-demarcated erythematous macules coalescing into larger patches distributed on the upper back, buttock, and trunk ([Fig 1](#fig1){ref-type="fig"}). In addition, purpuric macules and patches were noted in the periphery of erythematous patches on the anterior shins, knees, and anterior thighs ([Fig 2](#fig2){ref-type="fig"}). Scattered petechiae were also noted on the distal fingertips. Additionally, a large tender ulcer with purulent discharge and thick yellow crusting in the periphery was present in the left extensor forearm.Fig 1Well-demarcated distributed erythematous macules coalescing into larger patches with geographic borders on the upper back.Fig 2Purpuric macules and patches in the periphery of erythematous patches on the anterior shins, knees, and thighs.

Laboratory findings were significant for an elevated white blood cell count (28.1 K/μL), and a left forearm wound culture was positive for methicillin-resistant *Staphylococcus aureus*. Biopsy of the left anterior thigh found a subepidermal blister with aggregates of neutrophils within the papillary dermal tips ([Fig 3](#fig3){ref-type="fig"}). There was pronounced dermal hemorrhage, but no evidence of leukocytoclastic vasculitis was identified ([Fig 4](#fig4){ref-type="fig"}). Direct immunofluorescence (DIF) showed granular IgA deposition in the papillary dermal tips ([Fig 5](#fig5){ref-type="fig"}). Given the overall clinical, histopathologic, and DIF findings, a diagnosis of DH was favored.Fig 3Subepidermal blister with aggregates of neutrophils within the papillary dermal tips (arrow) with pronounced dermal hemorrhage but no evidence of leukocytoclastic vasculitis. (Hematoxylin-eosin stain; original magnification: ×200.)Fig 4Higher magnification highlights aggregates of neutrophils within the papillary dermal tips (arrow) and no evidence of leukocytoclastic vasculitis (arrow head). (Hematoxylin-eosin stain; original magnification: ×400.)Fig 5Direct immunofluorescence shows granular IgA deposition in the papillary dermal tips (arrow). (Original magnification: ×400.)

The patient was restarted on 100 mg daily of dapsone, topical corticosteroids, and a gluten-free diet for management of DH. The general surgery department evaluated the patient for the draining ulcer on the left forearm for possible debridement, but with rapid improvement on intravenous vancomycin, they recommended continued antibiotic treatment for cellulitis and local wound care. On his 2-week postdischarge follow-up visit, the patient\'s skin lesions were dramatically improved with no new lesions and diffuse pink to tan patches on the extensor extremities consistent with postinflammatory hyperpigmentation.

Discussion {#sec3}
==========

The pleomorphic clinical appearance of DH can at times make diagnosis challenging. The classic findings of a pruritic grouped papulovesicular eruption favoring the extensor surfaces can clinically support the diagnosis; however, the dermatologist must be aware of the clinical variability of DH even in a clinical presentation mimicking eruption from other etiologies, such as vasculitis in this patient\'s presentation. This variability can be present in both the distribution---isolated scalp or facial involvement---and in the primary lesion---urticarial plaques or isolated excoriations secondary to pruritus.[@bib1]

Additionally, palmoplantar petechiae is increasingly reported in the literature as a component in the clinical presentation of DH with a significant predilection for the pediatric patient.[@bib2], [@bib3], [@bib4] Clinically, petechiae are only present on the palmoplantar surfaces with no involvement of the dorsal hands or feet. Although the specific pathophysiologic mechanism for this phenomenon is still unknown, the petechial lesions are present more often on the dominant hand, suggesting a possible role for trauma as an etiologic factor.

Our case of a 47-year-old white man with diffuse confluent erythematous macules and patches in addition to remarkable purpuric changes is an unusual presentation of DH. Although a vasculitic process was initially favored in the differential diagnosis because of the exuberant clinical appearance, no evidence of leukocytoclastic vasculitis was seen on histopathology. We find it intriguing that Naylor et al[@bib5] reported a similar presentation with diffuse petechiae in a 58-year-old man; however, histopathology findings in their case were consistent with both DH and leukocytoclastic vasculitis. Our case is unusual in that no such changes consistent with small-vessel inflammation were present on histopathology results but rather findings favoring pseudovasculitis with pronounced extravasated red blood cells, which can simulate vasculitis clinically.[@bib6] Further, our patient with no known history of thrombophilia also had petechiae on the distal fingertips. Although acral petechiae can be a common DH presentation in the pediatric population as previously mentioned, it is rarely reported in an adult.[@bib3], [@bib4] The constellation of clinical findings in this patient show the pleomorphic manifestations of DH.

The histopathologic diagnostic criteria for active cutaneous vasculitis include angiocentric or angioinvasive inflammatory infiltrates, fibrinoid necrosis, and infiltration of vessel wall by an inflammatory infiltrate.[@bib7] Secondary changes such as red blood cell extravasation (hemorrhage) and subepidermal or papillary dermal neutrophils, can be suggestive, but not diagnostic, for active vasculitis. These secondary changes in the absence of histopathologic evidence of vasculitis should direct one to include pseudovasculitis in the differential diagnosis.[@bib6] Although we recognize that the histopathologic findings in vasculitis may exhibit a dynamic process as vasculitis progresses from an active acute to a chronic state, the clinically active vasculitis-like lesions in our patient did not have the histopathologic evidence required for the diagnosis of active cutaneous vasculitis.

Erythema elevatum diutinum (EED) is a chronic dermatosis that presents with symmetrical violaceous papules and plaques with a predilection for the extensor surfaces.[@bib8] Two articles in the literature report on EED in association with DH.[@bib9], [@bib10] In both cases, histopathologic findings showed changes consistent with a fibrosing leukocytoclastic vasculitis; specifically, early lesions demonstrating a dermal neutrophilic infiltrate with eosinophils, whereas late lesions showed perivascular fibrosis, fibrinoid necrosis, and intracellular lipidosis. Additionally, DIF showed linear IgA deposits.[@bib10], [@bib11] Although the morphology and the distribution of our patient\'s cutaneous findings may be similar to that of EED, the lesions in EED tend to be asymptomatic unlike those in our patient. Further, the histopathologic and DIF findings argue against EED, as no such evidence of leukocytoclasis was found in our patient other than a nonspecific dermal hemorrhage. DIF findings in our patient of granular IgA deposits in papillary dermal tips further argue against a diagnosis of EED. Although dapsone can be a treatment option for EED independent of DH, in those cases of concomitant disease, EED can be refractory to dapsone.[@bib9] Additionally, we note that dapsone can be an effective treatment for chronic small-vessel vasculitis; however, the overall clinicopathologic correlation in our case does not favor a vasculitic process. Therefore, we find it more likely that dapsone in this case was effective in treating the patient\'s DH.

Our case highlights that the pleomorphic clinical appearance of DH can present a challenge in the diagnosis of DH. Awareness of its clinical variability including vasculitis-like changes can help avoid misdiagnosis and delay in appropriate treatment.
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